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The term sinushistiocytosiswith massiveLymphadenopathy (5HML) was introduced by doctors Rosai and Dorfman in 1969 as a well-defined clinicop athologic entity that is now widely known as Rosai-D orfman d isease. 5HML is a rare self-limited pseudolymphom atous d isorde r of unknown etiology usually presenting with cervical lymphadenopath y, fever, elevated erythrocy te sed imenta tion rate, and hematologic abno rmalities. It shows a wo rldw ide distribution with childhoo d predil ection and has a 2:1 ma le-to-fem ale ratio.
Although cervical lymph node involvement is mo st com mon, axillary, inguinal, and mediastin al region s can also be affected. Extranodal mani festation of the disease is observed in 28 to 43% of cases, with the head and neck region being the most com mo n site affected. The most frequent otorhi no laryngologic manifestat ion s are found in the nasal cavity, followed by th e phary nx, paranasal sin uses, amygdala, and trachea.
The diagnosis of Rosai-Dorfman disease is con firmed by histopa tho logic exam inatio n and immunohistochemical stud ies. Hi stologic findings are similar for both extranodal and no dal sites. In nodal disease, the sin uses are markedly d ilated and crowded with histiocytes, lymphocytes, and plasma cells. The histio cytes have abunda nt foamy cytoplasm; some have sma ll lymphocytes in th e cytoplasm as a result of em peripolesis (figure 1). The term emperipolesis is synonymous with Lymphocytophagocytosis, which di ffers from phagocytosisin that th e lym phocytes taken up by th e cytoplasm are not attacked by enzymes and ap pear intact within th e histiocytes, In exrranodal disease involving th e nasal cavity, th e subepi th elial tissue is heavily infiltrated by large numbers of histiocytes, wh ich are large and variable in size and have abundant clear, foam y cytoplasm conta ining ingested lymphocytes and other bloo d cells as a result of empe ripolesis (figure 2). The lesional cells are immunoreactive for 5-100 protein and C D68.
The di sti nctive h isriocytes of SHML with emperipolesisare different from histiocytes seen in a variety of other ben ign and malignant d iso rders-such as H odgkin's lym ph om a, monocytic leukem ia, rhinoscleroma, juvenile xan t hogran uloma, an d Langerhans histiocytosis-in which phagocytosis of cells may be a prominent feature.
T he pathogenesis of SHML has not yet been established. The course of the disease is generally benign, with spontaneo us rem ission, but rare cases of deat h also have been reported.
Treatment modalitiesinclude corticosteroids, chemo therapy,low-d ose interferon, antib iotics, radiation, and surgical excision.The latter isusuallyreservedfor airwayobstruction, compressive symptoms, or severe deformities.
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